OT3bIB OOUILINAJIBHOI'O OIMIIIOHEHTA

JOKTOpa MEIULIMHCKUX HayK, Bpada-reMarosora
[ocynapcTBEHHOrO OOJIKETHOTO YUpeXkKIeHHs 3[paBooXpaHeHHs ropoaa MockBsl
«Mopo3oBcKas IeTcKas ropoJickast KiIMHU4Yeckas Oonbnuna JlenapraMenTa
3apaBooxpaHeHus ropona Mockss» IlerpoBa Bukropa FOpreBn4a
Ha quccepranuoHHylo paboTy CypeHkoBa Asekces AJleKceeBUYa Ha TEMY
«Knunuko-naboparopHas XapaKTepUCTHKA U aITOPUTM JMAarHOCTUKH NPHOOPETEHHON
reMoGUIMK Ay, IPEJACTaBIICHHYIO Ha COUCKAaHUE YYEHOU CTENIEHH KaHIuaara
MeIMIUHCKUX HaykK 1o crieruansHocTaM: 3.1.28. — 'emaTosorus u nepesiiBaHue

kpoBH 3.3.8. — Knnunuyeckas nadopaTopHas JUarHoCTHKa

AKTyaJleOCTb TeéMbl JHCCEPTALHOHHOTO HCCJIEA0OBAHHA

Huccepranuronnas pabora CypeHkoBa Anekces AJleKceeBUYa IIOCBAIECHA
M3YYEHHIO penKod (OpMbI HHMMOMTOPHOM KOaryjlomaTUHM — IIPUOOpEeTeHHOH
reMmopunuu A, KOTOpas BO3HHKAeT BCIEACTBHE O0Opa3oBaHUs CHEHH(DUIECKHX
ayTOaHTUTEe)l K Iula3MeHHoMmy daktopy cBepThiBanus kposu VIII (FVIII) wu
KJIMHAYECKH IIPOSIBISETCS TeMOpPpParHuecKUM CHHIPOMOM pasIMYHOH CTENCHH
TSKECTH U UHTEHCHUBHOCTH.

HecMoTpst Ha 3HAUMTENBHBIN MPOrPecC B M3YUEHHH NPUOOPETEHHON reMOQHInu
A, HeIOCTaTO4YHAs OCBEIOMJICHHOCTH MEJMUIMHCKOrO MEPCOHAa O KIMHHUYECKUX H
nabopaToOpHBIX XapakTepUCTHKaX 3a00leBaHUs 4YacTO IIPUBOAMT K OLIMOOYHOMY
IMarfosy, Hea()(MEKTHBHOMY JI€UEHHIO H, KaK CJIeJICTBUE, BBICOKOM II€TalTbHOCTH,
KOTOpasi B HEKOTOPBIX cTpaHax jocturaer 38%.

Jlpyroii BaxkHOU IpoGieMoil SBISETCS TPYAHOCTh Pealu3alMH TPEXITaHOM
JMArHOCTUKH TIpHOOpeTeHHOM reMopuwivu A, TI/€ OCHOBHBIM KPHTEPHUANbHBIM
71abopaTOPHLIM HCCIIEIOBAHHEM BBICTYIIAeT OlNpe/eneHre TUTpa uuruburopos FVIIL

Huskass pacrpoCTpaHeHHOCTh [aHHOTO MCCIIe[OBaHUs B DPYTHHHOH MpaKTHKe
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KJIMHUKO-IMarHOCTUYECKUX J1ab0paTOpUil Cephe3HO 3aTpy/[HseT paHHEE BBHIABIEHHE
NaTOJIOTHH.

BwmecTe ¢ TeM Ha CeroAHSIIHHEI JeHb He pa3paboTaH aJrOpUTM AUArHOCTHKH
NpHOOpeTeHHONH reMoGuIuu A, KOTOPBIH OBl ITO3BOJMI B YCIOBUSAX OIPaHHYEHHBIX
JUArHOCTUYECKUX  BO3MOXHOCTed  nmaboparopuii  perHoHOB  YCTaHABIIMBATh
npeJBapUTEeIbHBIN THMAarHo3 U BeIOUpATh BEPHYIO, @ caMoe INIaBHOE, CBOEBPEMEHHYIO
TaKTHKY JanbHelero o0cie/10BaHus U BeIeHUs MTallUeHTOB.

Takum oOpa3om, aKkTyaJbHOCTh TE€MBI AMccepTallMoHHON padorel CypeHkoBa

Anekcess AlekceeBHUYa HE BBI3bIBAET COMHEHUH,

Crenennb AOCTOBEPHOCTH H 000CHOBAaHHOCTH HAY4YHBbIX HOJIO)KCHHﬁ, BBIBOJ0OB H

pekoMeHAaUMii, c(hopMYJIHPOBAHHBIX B JHCCEPTALNH

JuccepranionHass paboTa sBISIETCS OPUTMHANBHBIM HAy4YHBIM TPYAOM, B
KOTOpPOM IOCJIeJOBATEIbHO PeIleHbl TOCTaBIeHHbIE 33Ja4i U MOJIHOCTBIO JOCTUTHYTA
Lelb HUCCIIEeJOBaHUA: IpeACTaBleHa KIMHUKO-JIabopaTopHash  XapakTepUCTHKa
NalMEeHTOB ¢ MpHoOpeTeHHON reModuieil A B pOCCHHCKOM NOMyJIsLuK U pa3paboraH
AJITOPUTM CKPUHUHIOBOM JUAarHOCTHKH.

CreneHb JOCTOBEPHOCTH ITOYYEHHBIX Pe3yJIbTaTOB IMOATBEPKIAETCS OONBIINM
KJIMHUYECKMM MarepuasioM, 00beMOM J1a0d0paTOPHBIX MCCIIEIOBAHUM U JUIMTEIIBHBIM
nepuosoM HaOmoaeHus. B uccienoBaHue BKIIOYEHbl AaHHBIE O 76 maudeHTax C
opbaHHBIM HapylIeHHeM CBEPTEIBAHHS KPOBH 3a IepHojI HabmoaeHus b6omee 15 et a
TaK)Xe MCIOJIb30BaHbl aKTyalbHble METO/bl KIMHUKO-1a00paTOPHON JMAarHOCTHKHU U
MEIULMHCKON CcTaTUCTUKU. HayudHble T1ON0XKEHHUS, BBIBOABI M IpaKTUYECKHE
peKoMeHAalMH, chOopMyJIHpOBaHHbIe B padoTe, IMOAKpeIUieHbl YyOeaUTeNbHBIMU
(aKTUYeCKUMH TaHHBIMH, HAIVISITHO OTPayKeHbI B TaOIMLIAX U pUCYHKAX.

ITo Teme pucceprauuu onyOIMKOBaHO 9 HaydHBIX paboT, U3 HUX 6 TE3UCHBIX
cooOmeHnit © 3 CTaThbH B KypHallaX, peKOMEHJOBAaHHBIX BbIcIIeld aTTecTallMOHHON
KOMHUCccHel npu MuHucTepcTBe 00pa3oBaHust U Hayku Poccuiickoit @enepauuu s

ny6nm<aum1 PE3YJILTATOB AUCCEPTAIIHOHHBIX HCCIICOBaHMH. MaTepnanm



UCCIIEIOBaHUS  H3JI0KEHBl HAa  POCCHMCKMX M MEXKIYHApOIHBIX  Hay4HBIX

KOH(epeHUUIX B BU/Ie Te3UCHBIX COOOIIEHUH, YCTHBIX U ITOCTEPHBIX JOKIIA/I0B.
OOnacTe NPOBENEHHOIO JUCCEPTALMOHHOIO HCCIENOBAaHUSA COOTBETCTBYET

Hay4yHbIM crneuuanbHocTsM: 3.1.28. «['emaTosiorust ¥ nepeauBaHue Kposu» U 3.3.8.

«KnuHuyeckas na6opaTopHaﬂ AUArHOCTHKA».

HayuyHasi HOBM3HA M TeopeTHYECKAs 3HAYMMOCTh pPadoThl

ABTOp BHepBble B Poccuiickoit @emepanuu NpoaHATU3UPOBaa OOJBIIYIO
TPYNIly TAlMeHTOB C peAKOl HWHIHOMTOPHOW Koaryjomatued — NpUOOpeTeHHOM
remouivei A. IlpencraBuil XapakTepUCTUKY U BBIIOJIHUI CPABHUTENIBHBIM aHalIn3
KITMHUKO-Ta00paTOPHBIX TaHHBIX OOJBHBIX HA MOMEHT BepH(HUKallUM JUar€o3a u Ha
¢one nmpoBoguMoi Tepanud. OTHelbHOE BHUMAHUE JAMCCEPTAHT YAENIUI COLUATBHO
BRXKHOH TpyIne TManueHTOK, Y KOTOPBIX TMpHoOpeTeHHas reMowins Oblia
accolMUpoBaHa ¢ OepeMeHHOCThIO U POJaMHU.

OIHHUM M3 KJIOYEBBIX acIeKTOB [JaHHOM JuccepTallMOHHONW paboThl SABISETCS
OLEHKa BJIMSHUS KIMHUYECKMX M J1abOpaTopHBIX (AaKTOPOB Ha IIPOrHO3
npuodpeTeHHol remMmoGuinn A. ABTOp IIPOAEMOHCTPHUPOBAIl OTPULIATEIbHOE BIUSHHE
OTCPOYEHHOM JMAarHOCTUKHU 3aboJieBaHusl, BbICOKOro TuTpa uHrudouropos FVIII > 20
bE u Tskenoro reMopparudeckoro CHHIpOMa Ha BEPOSTHOCTh [JOCTHIKEHHS
PEMHUCCHUM, YTO SIBISETCS BAXXHBIM JIUATHOCTHYECKUM KpPUTEPHUEM, ONpeellsIOINM
TaKTUKY BEJICHUS MallUEHTOB.

3aBepllaroIMM, KIMHUYECKH 3HAYMMBIM STarioM paboThl crana pa3paboTka
aNrOpUTMa JIHArHOCTHKH MPUOOpEeTeHHOH reMoUIMd A Ha OCHOBE BBIYMCICHHS
WHJIEKCa [UPKYJIMPYIONIET0 aHTHKOAryJISHTA B JBYX KOHTPOJIBHBIX TOYKaxX (o0 |
rocjie HHKyOaluK T1a3MBbl TIAllMeHTa ¥ HOPMaIbHOW IUIa3Mbl B cooTHoIeHuH 1:1). B
pe3ynbTare BBIMOJHEHUS CTATUCTHYECKOTO aHaiu3a ObUIO OIpedesIeHO IOpOoroBoe
3HAYEHHe, KOTOpoe cocTaBuiIo 135% M Mo3BOJIMIO JOCcTOBepHO AHdQepeHInpoBaTh
cneuuduueckuit (anrurena k FVII) u necnenuduueckuil (aHTHTEIA BOIYAHOUHOTO

THIIa) HHTUOUTOPB! CBEPTHIBAHUS KPOBH.



IIpakTHYeckasi 3HAYHUMOCTb padoThI

ITpakTHueckass 3HAYUMOCTL JUCCEPTALMOHHON paboThl 3aKio4YaeTcs B
ONpeNeNIeHUH  K/IIOYEBBIX  KIMHMUYECKUX U J1aDOpaTOpHBIX  XapaKTEepPHCTHK,
IIaTOTHOMOHMYHBIX IS ITALIMEHTOB ¢ NIPHUOOPETeHHONW remoduianeit A, 4To Mo3BoOJISLET
OCYILLECTB/IATh CBOEBPEMEHHYIO NUarHOCTHKY M BBIOMpATh a/IeKBAaTHYIO CTpPaTerdio
JIeYeHUsI.

ABTOPOM IPOJIEMOHCTPUPOBAH YHHMKAJIBHBIH ONBIT MPUMEHEHHs 3MHUIU3yMada
C LEJbI0 IMPO(MHUIAKTUKH KPOBOTEYEHUH Yy TALMEHTOB C pe(paKkTepHbIM TeueHHEM
npuodpeTeHHoit remodbunun A. JlaHHas Tepanus NPOJAEMOHCTPHUPOBAia BBICOKYIO
5Q(QEKTUBHOCTh U ONArONPUSATHBIM MPOQUIb 0E30MaCHOCTH, YTO OTKPBIBAET HOBBIE
BO3MOXHOCTH JUIsI TOMOIIH MAI[HEHTaM B CIIOKHBIX KITHHHYECKUX CUTYALUSX.

B cocrase rpynmnsr cnieunanuctoB ®PI'bY «HMMUIL] rematonorun» Munsnpasa
Poccun CypenkoB Asekcell AnekceeBHY yYacTBOBAJ B BBIE3JHBIX MEPOIPHUATHIX C
TIOCEIIEHHUEM J1a0OPaTOPUH «IKOPHBIX» IO NMPOGHIII0 «TeMAaTONOTUA) MEIUIIMHCKHX
opranusanuii cyowsexkroB Poccuiickoil @enepauuu. 3T0O MO3BOIWIO CHOPMHPOBATH
JlaHHble 00 OCHAIEHHOCTH JlabopaTopuil 1 MHGOPMUPOBAHHOCTH Bpaueil B 00JacTH
HapyLIEHUH CBEPTHIBAHUS KPOBH U, B YaCTHOCTH, MHIMOMTOPHBIX KOAryJIONaTHH.

JuccepranToM OblT  pa3paboTaH CKPHHUHIOBBIM QJIrOPUTM  IMAarHOCTHKH
npuoOpeTeHHON reMO@UIMH A, TNPEeUMYIIECTBOM KOTOPOro SBIAETCS IPOCTOTA
UCTIONB30BaHUsI M BBICOKAs JIOCTYMHOCTh TIPAKTHYECKH B JHOOOH KIMHHKO-

IUarHoctTuveckoi nabopartopuu Poccuiickoii @enepanuy.

OuncHka CTPYKTYpPBI H cOIep:KaHUs PA0OThI

HucceprauroHHass paboTa H3J0K€Ha [0 TpaJULMOHHOMY IutaHy Ha 140
CTpaHUIaX MalIMHOIIMCHOIO TEKCTa M BKIIOYaeT paszaensl: «Bremenue», «O0630p
IATEpaType»,  «MaTtepuansl W MeTOAbl», «Pe3ynmpTarhl  HMCCNEeIOBaHHI,
«Ob6cyxnenue», «3akimrodyenue», «BeiBogas», «lIpakTHueckne peKOMEHIalUuH»,

«Cnucok cokpaueHuity, «Crnucok autepatyps», «llpunoxenue A» u «Ilpunoxenue



b». PaGora wumoctpuposana 35 pucyHkamu, coaepxkuT 23 Tabmunsl. CHHCOK
JTUTEPATyphl BKJIIOYaeT 158 ucTouHUKOB: 8 oTeyecTBeHHBIX U 150 3apyOeKHBIX.

Bo 8s8edenuu npencraBieHbl aKTyallbHOCTh TEMBI [JHCCEPTALIMH, CTENEHb €€
pa3pabOTaHHOCTH, IeNb W 3adadd HcciaeloBaHUs, 0003HaudeHbl Hay4yHas HOBU3HA,
NpaKTHYecKas 3HAa4YMMOCTh paboOThl, METOAONOTHs M METOABl HCCIIE0BaHM,
TIOJIOKEeHUS, BBIHOCHMBIE Ha 3alllUTy, CTEleHb [JOCTOBEPHOCTH M ampoOaius
pe3yabTaToOB, ONMUCAH JIMUHBIM BKJIAJ COUCKATEIS.

B 0630pe numepamypur nruccepTaHTOM BBINIOJIHEH MOAPOOHBIN aHaIU3 AaHHBIX
OTE€YECTBEHHOH M MHOCTPAHHON JIMTEpaTypbl, TEKCT pabOTBI YHTAETCSA JIETKO.
[TonpoOHEBIH aHaAIM3 IUTEPATYPHBIX HCTOYHHUKOB ITO3BOJIMII COUCKATEN0 yOeIUTelbHO
0000IIUTh COBpPEMEHHbIE IpPEeACTaBIEHUS 00 OITHUONATOreHe3e M BIMIEMHOJIOTHH
NIPUOOPETeHHONW TeMO(MUIIMK, OaTh Pa3BEPHYTYIO XapaKTEPUCTUKY KIMHHUYECKHX MU
1a00paTOPHBIX KPUTEPUEB JMAarHOCTUKM 3a00jeBaHMsl, ONKUCATh COBPEMEHHBIE
MOAXOJABl K JICYEHHIO [IallMeHTOB C UCIIOJIb30BAHUEM TIeMOCTaTHUYECKOH U
MMMYHOCYIIPECCUBHOM TepamuM, 4YTO M CO3Jall0 TeopeTHdUecKyw ©Oasy Ui
JUCCEPTALIMOHHOIO UCCIIEOBAHUS.

HecoMHEeHHBIM TOCTOMHCTBOM JHCCEPTALlMOHHOM padoThl sBIsSETCA pasied,
TIOCBSIILIEHHBIA OMUCAHUIO MaAmepuanng u memooos ucciedosanus. YeTKocTh U
NOJTHOTA OINKMCaHHUsS METOIOB CBHIETENBCTBYIOT O BBICOKOM IIPO(eCCHOHAIbHOM
MacTepCcTBE  COMCKATeNsl, BIQJEHUH COBPEMEHHBIMHU  BBICOKOTEXHOJIOTMYHBIMHU
nabopaTopHbIMU MeToMKaMH. Mcrnonbs3oBaHHbIE METO/IBI IIOJIHOCTBIO COOTBETCTBYIOT
uensM M 3ajadaM  HayyHoro  ucciaepoBaHus.  CouckaTeneM — IPHBEACHBI
XapaKTePUCTHUKHU TALIMEHTOB, I'PYMIT CPaBHEHHUS M METOJOB HCCIIEIOBAHUS CHCTEMBI
reMocTasa, HaIrvIsiIHO IIpeCTaBlIeH IU3ailH 1UCCepTallMOHHOIO UCCIIEI0BaHu.

B nocredyrowux zraeax TpuBeNeHBI pe3yNbTaThl JUCCEpTAllMOHHON paloThl,
NPOWJUTIOCTPUPOBAHHbBIE KIMHUKO-CTATUCTHYECKUMH JaHHBIMH, M HX O0OCY>XIEHHe,
rIe TPOBOAMTCS COIOCTaBI€HHE COOCTBEHHBIX pe3yJlbTaTOB C MaTepHajIaMy,
NPEICTAaBICHHBIMH aBTOPAMHU M3 JPYIMX CTpaH. B 3aKiIIOYEeHHMH IOJABOAATCS HUTOTH
paboTHl, a TaKxe 0003HAYEHBI IePCIIeKTUBEI JalbHeNel pa3padboTku TeMbl. BbIBoaBI

JIOTHYHO BBITCKAIOT U3 PE3YJIbTATOB UCCIIEAOBAHHA H COTUIACYHOTCS € IMOCTABICHHBIMH
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HeNpl0 W 3aavyaMd. B 3aBepuieHHM paboThl chOpMYyJIHpPOBaHbl IPAKTHYECKHUE
pEKOMEHIaLNH.

HuccepraunonHass pa®oTa BBIMIOJIHEHA Ha BBICOKOM METOJIMYECKOM YPOBHE,
opopmiIeHa B COOTBETCTBHM C CYIIECTBYIOIIMMHM TpeOOBaHUSMH K Hay4HBIM
KBaU(PUKAIIMOHHEIM paboTaM Ha COUCKaHHEe Y4Y€HOM CTeNeHW KaHAuIaTa Hayk,
CTHJIMCTUYECKH BBIBEPEHA, HalkcaHa SICHbIM Hay4YHBIM S3BIKOM.

Marepuaibl aBTopedepara H3II0KEHBI B COOTBETCTBHUH C OOLICIPUHATBIMH
TpeOoBaHUAMH. ABTOpedepar MOJHOCTBIO OTPa)XKaeT COAep’KaHHe AUCCEPTAllMOHHOM

paboTHhI.

HenocraTku no cogep:kaHuio U opopmiieHHI0 paboThl

CylecTBeHHBIX 3aMEUaHHUW 110 TOCTABJIEHHBIM B padoTe LENsAM U 3axadawm,
BBIOOPY METOAWYECKHX IIOJXOAOB M OOOCHOBAaHHOCTH BBIABUHYTHIX aBTOPOM
NIOJIOKEHW ¥ BBIBOJIOB He BO3HUKIO. Pabora, Oe3ycioBHO, 3acily’KHMBaer

I1OJIOKHUTEJIBHOM OLICHKH.

3akiouyeHune

Huccepraumonnas pabora CypeHkoBa Ajekcess AJjekceeBUYa Ha TEMY
«Knunuko-nadoparopHas XapakTepUCTHKA U alTOPUTM AUarHOCTUKH MPHOOpETeHHOM
remMmouini  A», BBIINOJHEHHAs I10J PYKOBOJCTBOM JOKTOpa MENULMHCKHUX HaykK
303ynu Hamex sl FIBaHOBHBI M KaHIMIaTa MEIULIIMHCKUX HayK J[BUpHBIK BaneHTHHBI
HukonaeBHbl, npeacTaBlieHHass Ha COMCKaHWE YYEHOW CTENeHM KaHauaara
MEIMLIMHCKUX HayK, SBISIETCS CaMOCTOSTENbHBIM Hay4HO-KBaIM(DUKALIMOHHBIM
HCCIIeJOBAaHUEM, B KOTOPOM COJIEPKHTCS PElIeHHe aKTyaJlbHON HaydHOH 3aga4d Io
ONTUMHU3AIMH CTPATETUH JUArHOCTUKU TPUOOPETEHHOM reMopuiinu A.

PaGora BbImOMHEeHa Ha BBICOKOM Hay4dHOM M METOIAMYECKOM YpPOBHE.
[Tony4yeHHble pe3yabTaThl MMEIOT HECOMHEHHBIM NpakTUYEeCKUH HHTEpec M MOTYT

OBITH PEKOMEHOOBAHEI JId BHEAPEHHA B KIIMHUYCCKYIO IIPAKTHKY.



Takum oOpa3om, Mo cBOeH aKTyalbHOCTH, HAYYHOH HOBHU3HE, NPAKTUYECKOH
3HaYMMOCTH M JJOCTOBEPHOCTH IMOJYYEHHBIX Pe3y/IbTaTOB, a TaKke 00beMy U YPOBHIO
IIPOBEIEHHOI'0 UCCIeNOBAaHUS JUCCEPTALMS MOJHOCTBIO COOTBETCTBYET TPEOOBAHUAM
n. 9 «ITonoxeHUsT O MOPSIAKE MPUCYKISHUS YUYeHBIX cTemeHed» or 24.09.2013 r. N°
842 (B pen. or 16.10.2024 r.), yrBepknenHoro Ilocranosnenuem IIpaButenbcrsa
Poccuiickoit ®enepauuu, npeabsBiIseMbIM K JUCCEPTALMSAM HAa COMCKAHHE yYEHOM
crerneHy, a ee aBTOp CypeHKoB Anekceill AJIEeKCeeBHY 3aCily)KUBAET IPUCYKICHUS
YUYeHOM CcTenmeHM KaHIWJaTa MEJUIUHCKUX HayK [0 chenuanbHocTsIM: 3.1.28.
«['emaronoruss u mnepeinuBanue kpoBu» U 3.3.8. «KiauHuueckas naboparopHas

JAHUArHOCTHKa».

OduuHaJIbLHbIH ONIIOHEHT:

///
JOKTOP MEIUIIMHCKUAX HAaYK, Bpa4y-reMaTosior ////
reMaTOJIOTHYECKOTO OT/IeIEHUS //, 2/
I'bY3 «Mopozosckas AI'KE JI3M» / ITerpos B.1O.
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